[Hereditary paragangliomas and pheochromocytomas].
Paraganglioma are rare tumours, which develop in the paraganglionic sites of the head and the neck, and around the medulla of the adrenal gland and the sympathetic ganglions of the thoracoabdominal and pelvic regions. Their morbidity-mortality is due to the local and regional spread to the adjacent nervous and vascular structures, their hypervascularisation, the major cardiovascular complications when they are secreting tumours and the risk of recurrences and metastases. Paraganglioma can secrete catecholamines. The only curative treatment is surgical exeresis. The hereditary paraganglioma are more often multifocal, recurrent, sometimes malignant, and with an earlier occurrence than the sporadic forms. The genes responsible for the familial syndromes are the coding genes for the three sub-units of succinate dehydrogenase (SDHD, SDHB and SDHC) or mitochondrial complex II. Recent discoveries show that these genes are truly implicated in the sporadic forms of the illness and that the research for a germline mutation of a SDH gene is essential for managing patients with paraganglioma and/or pheochromocytoma and their families.